Proposal of a management algorithm based on a case series analysis. J Clin Gastroenterol 2004;/ 38:/ 795Á800. [ 
To the Editor
Adult T-cell leukemia/lymphoma (ATL) is an aggressive type of leukemia/lymphoma associated with the human T-cell lymphotropic virus type I (HTLV-I). ATL is characterized by a short survival time, a poor response to chemotherapy and is usually reported in adults, the mean age of onset being around 58 years. It is classically classified into four clinical types: acute, chronic, lymphoma, and smoldering [1] . We report an unusual case with a very prolonged survival time.
A 27-year-old black man was first examined in November 1991 with a history of skin lesions that started when he was 24 years of age. He was breastfed for 3 years. Both the patient and his mother were HTLV-I' and HIV (. Dermatological examination revealed infiltrated plaques on his back and nose. Physical examination, blood cell counts, blood levels of calcium and lactate dehydrogenase (LDH), chest x-ray and abdominal ultrasound were all normal. A Tcell lymphoma was diagnosed in a skin biopsy. In 1994, the lesions became more infiltrated. At this time, he had mild lymphocytosis (5.700 lymphocytes/mm 3 ), a LDH blood level twice the normal value and no hypercalcemia or infiltration of internal organs. After four cycles of Cyclophosphamide, Adriamycin, Vincristine, and Prednison, regression of the skin lesions was observed. In September 1995, after progression of the skin lesions, treatment with IFN-a (5 millions IU 3 times a week) and zidovudine (AZT), 300 mg per day was initiated until September 1997, with complete remission. Ten months later the patient developed new facial lesions that were treated with IFN-a (5 millions IU 3 times a week) plus AZT (500 mg/day); besides, radiotherapy was used on the larger lesions. In March 2001 the patient developed cervical lymphadenopathy, a supraglottic lesion, shallow ulcerations in the thighs (Figure 1) , and in the scrotum and tumors in the face. Treatment with IFN-a/AZT was interrupted and chemotherapy was introduced with no response. The patient was again treated with radiotherapy and the lesions were brought under control. In November 2002, he presented a relapse of the oral lesion, and the combination of IFN-a/AZT was resumed. In May 2004, after an increase in the blood levels of liver transaminases the treatment with IFN-a/AZT was discontinued. In August 2005, the lesions progressed significantly many of them with ulceration determining the reiniciation of treatment with IFN-a/AZT until November, when he was admitted to the hospital complaining of malaise, headache and coughing. His condition rapidly deteriorated. A CT scan revealed extensive cerebral hemorrhage. Examination of cerebrospinal fluid was negative for lymphoma. Despite surgical drainage and intensive clinical care, the patient died. As it refers to laboratory results calcium levels remained normal throughout the evolution of the disease and LDH levels were twice the normal level. After March 2003 LDH levels began to increase reaching more than three times the normal value. Lymphocytosis increased between April 2004 until the patient died, varying from 8.000 to 9.300 lymphocytes/mm 3 . Apart from the oral mucosa and the skin, no other sites of infiltration were found. Monoclonal integration of HTLV-I was detected in peripheral blood mononuclear cells (PBMC) by long and inverse PCR [2] . The skin biopsy performed in 1991 showed a dense infiltration of small and medium pleomorphic cells in the upper dermis. In other two skin biopsies performed in 1994 and 2001 there was a diffuse infiltration of the dermis by medium-sized cells with few large cells. Sparse multinucleated giant cells with pleomorphic nuclei were seen in all the skin biopsies (Figure 2) . The atypical lymphocytes were positive for CD45RO, CD3, CD4, CD5, and CD25 and were negative for CD7, CD8, CD30, CD20, and CD79a. The proliferative index evaluated by Ki-67 varied from 5% to 25% in the last biopsy.
The diagnosis of ATL was based on a positive serology for HTLV-I plus the histopathological and immunohistochemical features and the presence of monoclonal integrated HTLV-I provirus in the DNA of PBMC.
This case at first was classified as smoldering ATL, but after 3 years of disease he developed the characteristics of the chronic type of ATL. It is interesting to note that, in this case, the disease remained localized in the skin for many years, even in the chronic phase. The chronic type of ATL has a median survival time (MST) of around 2 years [1] but the MST of the smoldering type is longer [3] . At any rate, a survival of more than 13 years, as occurred in the present case, is very atypical even for smoldering ATL, especially considering that this patient evolved to the chronic form of the disease after 3 years and died more than 10 years later. Probably the treatment with IFN-a/AZT, albeit intermittently, contributed to the patient's prolonged survival, since the lesions responded every time it was used. Recently, this treatment was used in four cases of chronic ATL with complete response in two cases [4] . The death of this patient was caused by intracerebral hemorrhage, and was not directly linked to ATL. Recently, the possibility that hemorrhage could be a side-effect of IFN-a during therapy or in the post-treatment period has been raised [5] . Another unusual clinical aspect of the present case was the occurrence of shallow cutaneous ulcerations with infiltrated borders, which is unusual in ATL.
The presence of multinucleated giant cells in ATL has been previously described [6] however in the present case the multinucleated giant cells had atypical nuclei, a histological aspect that has not been previously observed.
This case consists of an early manifestation of ATL since the average age of onset is over 48 years in Brazil [3] . The patient most probably acquired the infection through prolonged breast-feeding, since his mother was seropositive and he had no history of blood transfusion. It is known that HTLV-I vertical transmission is directly proportional to the time of breastfeeding [7] . In conclusion, this is a case of ATL in a young adult with distinct clinical and histological manifestations and a prolonged survival time.
